INTRODUCTION {#sec1-1}
============

Wegener\'s granulomatosis is an uncommon multi-organ disease first categorized as a distinct syndrome by Friedrich Wegener in 1936.\[[@ref1][@ref2][@ref3]\] Wegener\'s granulomatosis (WG) is an immunologically mediated rare multisystem disease characterized by necrotizing granulomatous inflammation affecting the upper and lower respiratory tracts, disseminated vasculitis and glomerulonephritis.\[[@ref3][@ref4][@ref5][@ref6]\] The limited form of Wegener\'s granulomatosis runs an indolent course, whereas the disseminated disease has a rapidly progressive course leading to life-threatening multiorgan failure.\[[@ref7][@ref8][@ref9][@ref10]\] Detailed explanation of WG is given by Godman and Churg.\[[@ref7]\] In 1990, the American College of Rheumatology (ACR) proposed the following specific criteria for the classification of WG: (1) oral ulcers or nasal discharge or inflammation, (2) the presence of nodules, fixed infiltrates or cavities on a chest radiograph, (3) abnormal urinary sediment (red cell casts or more than five red blood cells per high power field) and (4) granulomatous inflammation on biopsy. For the diagnosis of WG, a minimum of two criteria should be fulfilled from the above-mentioned criteria.\[[@ref7][@ref11]\] Because the dental surgeon is often the first person to examine the oral cavity, should be familiar with the classical picture of gingival WG as "strawberry gingivitis," its clinical course as well as diagnostic parameters and adequate treatment.

CASE REPORT {#sec1-2}
===========

A 17-year-old male patient was referred to the Government Dental College, Aurangabad (Maharashtra), India in February 2018, with erythematous, painful and bleeding gums since last 8--9 months. Patient-reported to private dentist for painful and swollen gums 6 months back, they performed scaling and root planing, but signs did not get resolved; and hence, the patient reported to the institute. Clinical examination revealed localized gingival enlargement extending from the distal aspect of the right maxillary first premolar to the distal aspect of the left maxillary first premolar, with the appearance simulating "strawberry gingivitis" \[[Figure 1](#F1){ref-type="fig"}\]. The gingiva was very friable and easily bled on touch. No other lesions were found elsewhere in the oral cavity. Panoramic radiographs did not show any evidence of underlying bony involvement and his medical history was otherwise unremarkable.

![Baseline](JOMFP-24-172-g001){#F1}

Histopathological findings {#sec2-1}
--------------------------

Follow-up after 1-month revealed only slight reduction in gingival enlargement \[[Figure 2](#F2){ref-type="fig"}\] and hence, decision was made to perform incisional biopsy on gingival growth under local anesthesia \[[Figure 3](#F3){ref-type="fig"}\]. The specimen obtained was submitted for routine tissue processing followed by routine staining with hematoxylin--eosin and special staining with periodic acid--Schiff (PAS), Grocott-Gomori methenamine-silver nitrate to rule out fungal infection.
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![Incisional biopsy](JOMFP-24-172-g003){#F3}

Microscopic examination of the lesional tissue showed parakeratinized stratified squamous epithelium with pseudoepitheliomatous hyperplasia. In the underlying connective tissues, a granulomatous inflammatory response was observed. A diffuse mixed inflammatory cell infiltrate comprising mostly neutrophils and small numbers of eosinophils, plasma cells and lymphocytes were present. Scattered multinucleated giant cells with pronounced vasculitis were evident \[Figures [4](#F4){ref-type="fig"} and [5](#F5){ref-type="fig"}\]. Special stains such as PAS, Grocott-Gomori methenamine-silver nitrate were negative for fungal infection.
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Diagnosis {#sec2-2}
---------

Based on the clinical presentation which simulating the appearance of "strawberry gingivitis," histological examination revealing granulomatous inflammation in correlation with antineutrophil cytoplasmic autoantibody titer value, a diagnosis of WG was made.

Management {#sec2-3}
----------

The patient was referred to the Medical Department for a systemic workout. Investigations yielded normal counts for hemoglobin, complete blood count, erythrocyte sedimentation rate and urine analysis. Chest radiographs were also normal, and Mantoux test was negative. Antineutrophil cytoplasmic autoantibody titer value 1:23 revealed positive results.

The treatment included prednisolone beginning at 20 mg/day that would be reduced rapidly over a set amount of time. The patient\'s gingival response was rapid, with improvement noted at 1 week and 3-week follow-up appointments \[[Figure 6](#F6){ref-type="fig"}\]. The patient was followed for an additional 3 months and remained stable and free of lesions.
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DISCUSSION {#sec1-3}
==========

Wegener\'s granulomatosis is disease with multisystem involvement through oral presentation is very rare. Approximately 6%--13% of cases present with oral manifestations, that too in advanced stage of the disease and is rarely an indicator of the disease. Otorhinolaryngological involvement is more common with the destruction of nasal septum resulting in palatal perforation and progressive sensorineural hearing loss. Ophthalmic symptoms may manifest as epiphora due to involvement of nasolacrimal duct. Skin lesions manifests as purpura, nodules and ulcers and have been reported in 46% of affected patients in later course and 13% of affected patients at the onset of disease. However, limited forms of the disease have been reported in which only one or two organ systems have been involved.\[[@ref7][@ref11]\] The oral lesions may manifest either as mucosal ulcer on the tongue, buccal mucosa, gingiva and palate or as gingival hyperplasia with classical "strawberry gingivitis." However, Cawson suggested that other lesions may also occur such as ulceration of the palate by extension from the nose, where destruction of the nasal septum may develop. It may also occur as small ulcers such as aphthae, diffuse ulcerative stomatitis and spontaneous exfoliation of the teeth.\[[@ref7][@ref11][@ref12]\] Crohn\'s disease, sarcoidosis, deep fungal infection (candida, histoplasmosis and paracoccidioidomycosis), tuberculosis, other granulomatous infections such as midline lethal granuloma, midline natural killer/T-cell lymphomas, vasculitis, drug-induced gingival enlargement and rarely cicatricialpemphigoid or mucous membrane pemphigoid and leukemia should be included in the differential diagnosis of Wegener\'s granulomatosis.\[[@ref7][@ref11][@ref12][@ref13]\] In the reported case, a peripheral blood smear examination was performed, and leukemia was ruled out. The presence of multinucleated giant cells in the histopathology prompted for ruling out tuberculosis and deep fungal infection, hence Mantoux test was performed to rule out tuberculosis and special staining with Grocott-Gomori methenamine-silver nitrate and PAS were performed to rule out fungal infection.

In the case presented, the diagnosis of Wegener\'s granulomatosis was made according to criteria given by the American Association of Rheumatology, after careful exclusion of the above-mentioned lesions by appropriate systemic evaluation, laboratory investigation and referring the previous reported cases with similar clinical and histopathological reports. Our case also fulfilled two criteria of ACR 1990, including gingival ulceration which appeared such as "strawberry gingivitis" and granulomatous lesion in gingival biopsy. Most authors acknowledge that the clinicopathological complex of strawberry gingivitis and the accompanying histopathological features of pseudoepitheliomatous hyperplasia, microabscesses in connective tissue stroma, vasculitis and multinucleate giant cells are "highly suggestive" of Wegener\'s granulomatosis. It was also suggested that there was no association of the features of this complex with any other disease process and in an appropriate clinical setting they are so characteristic of gingival Wegener\'s granulomatosis.\[[@ref10]\] The classical antineutrophil cytoplasmic antibodies titer, arguably the most useful investigation in cases of Wegener\'s granulomatosis was contributory in our case. Only few cases of Wegener\'s granulomatosis have been reported with classical presentation of "strawberry gingivitis" in literature.

WG has been treated unsuccessfully with antibiotics, chelating agents and local irradiation. Therapy with corticosteroids appears to have reduced inflammatory reactions and improved symptoms early in the disease but was of doubtful clinical significance when the disease progressed to significant renal and pulmonary involvement. In a study conducted at the National Institutes of Health, a regimen of cyclophosphamide (2 mg/kg body weight per day) with prednisone (1 mg/kg body weight) has been utilized to obtain complete remission in 93% of their patient population.

Histological evaluation of gingival biopsies from WG patients typically shows infiltrates of acute and chronic inflammatory cells, areas of microabscess, hemorrhage, multinucleated giant cells and pseudoepitheliomatous hyperplasia of the epithelium. Unfortunately, none of these findings are diagnostic for WG. However, the demonstration of neutrophil cytoplasmic autoantibodies in serum has shown great promise for the immunodiagnosis of WG.
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